malignant variant. The fascicle defines teratoid variants to contain cartilage and, less commonly, glial tissue and/ or skeletal muscle. However, how to make the distinction between benign and malignant is not addressed.
Recently, I had to produce the pathology report of a case of intraocular medulloepithelioma, a rare congenital tumor of the ciliary body and iris. In the preparation of a histopathological diagnosis, my attention was brought to inconsistencies in the WHO classification scheme. The most recent WHO fascicle on the international histological classification of tumors of the eye and its adnexa [1] offers two separate classifying entities of medulloepithelioma: teratoid or nonteratoid, both in a benign and a 192 els enabled the identification of brain and ocular medulloepithelioma as separate nosologic entities [5, 6] . Strict separation between a benign and malignant variant of intraocular medulloepithelioma does not reflect the clinical behavior of these tumors for as far as it can be deduced from small case series and case reports [7, 8] .
Criteria for malignancy have been pioneered by two early series reports from Andersen [7] and Broughton and Zimmerman [8] , which thus far have not been correlated with clinical behavior. Andersen was of the opinion that all medulloepitheliomas should be considered as potentially malignant tumors which would have been reflected more clearly in a grading scheme than in a dichotomy into two types. Andersen accepted local invasion of the ciliary body and iris to be part of the benign spectrum and proposed pleomorphism, increased mitotic activity and extrascleral extension as a set of criteria for malignancy. Broughton and Zimmerman [8] introduced additional criteria for malignancy with areas of poorly differentiated neuroblastic cells, sarcomatous areas, or invasion of the uvea, cornea or sclera with or without extrascleral extension. In agreement with Andersen [7] , I feel that medulloepitheliomas are most probably all potentially malignant tumors which would be reflected more clearly in a grading scheme than in a dichotomy. This notion is supported by the recently published molecular data on intraocular medulloepithelioma, which showed clustering in the same part of the dendrogram tree using unsupervised cluster analysis. There were no additional subclusters within the intraocular medulloepithelioma cohort separating histologically malignant from nonmalignant cases [6] . Neither could single nucleotide polymorphism array detect differences in copy number aberrations between benign and malignant medulloepithelioma. The fact that adult patients are more often diagnosed with malignant medulloepithelioma reflects the increased chance of malignant progression in time ( table 1 ) [9] [10] [11] [12] [13] [14] [15] . Three documented cases of medulloepithelioma in adults have metastasized, which is a relatively high percentage when compared to the overall chance of metastasis for this tumor ( table 1 ) [8, 16] . True malignant behavior with metastasis has never been documented in tumors without extrascleral extension of the primary tumor or after invasive procedures [7, 8, 17, 18] . A simple grading scheme of grade I tumors (current WHO benign designation), grade II tumors (tumor progression as evidenced with pleomorphism, increased mitotic activity and local invasion) and grade III tumors (tumor transformation to metastatic potential with extrascleral extension or metastasis) would be more reflective of the unifying hypothesis of a single classifying tumor entity liable to progression and transformation into a potentially metastasizing entity ( fig. 1 ). Separate mentioning of sarcomatous areas may not be necessary as this already implies increased mitotic activity and pleomorphism. The presence of poorly differentiated neuroblastic cells also implies increased mitotic activity and thus requires no separate evaluation. The progression from benign to malignant medulloepithelioma has been documented once, further strengthening the argument [19] . The reduction of two classifying tumor entities into one and the introduction of a simple grading scheme might facilitate consistency in pathology reports and make the comparison for clinical follow-up and treatment decisions easier.
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